Hurler-Scheie's syndrome is an autosomal recessive mucopolysaccharidosis which results in reduced activity of the enzyme a-L-iduronidase with subsequent accumulation in the tissues of heparan and dermatan sulphate. The syndrome represents a spectrum of disease, patients with the more severe, rapidly progressive disease being classified as Hurler's syndrome (mucopolysaccharidosis I-M) and those less severely affected as Scheie's syndrome (mucopolysaccharidosis I-S). ' The clinical features of Hurler-Scheie's syndrome are presented in Table 1 be orthophoric, with unaided vision of 6/9 right 6/9 left. Slit-lamp biomicroscopy confirmed the presence of mild corneal clouding (Fig. 3 ), but there were no other ocular signs of Scheie's syndrome. When she attended some eight months later her mother reported that she had recently noticed the development of a convergent squint. On examination the patient had an esotropia measuring 20 prism dioptres base out both for near and distance. Wearing the full hypermetropic correction (OD +4*0, OS +3.50) reduced the angle of deviation to 8 prism dioptres base out for near and distance.
There was no change in her squint or visual acuity until December 1985, when her mother reported that she had 'started to look at her strangely'. There had been no change in her general health, she had complained of no pain, and there was no history of trauma. On examination there was no swelling or tenderness and no sign of trauma. Orthoptic examination (Fig. 4) revealed a marked limitation of the right eye on attempted laevo elevation with only a very slight limitation of the right eye in dextro elevation. She had also developed an 'A' esotropia which measured 20 prism dioptres base out for near and distance in the primary position, which increased to 35 prism dioptres base out in elevation and decreased to 4 prism dioptres base out in full depression. Unfortunately it was not possible to perform a forced duction test owing to poor patient cooperation. INVESTIGATION A high resolution CT scan of both orbits was performed which showed no bony or soft tissue abnormality and no evidence of trauma or inflammation. A Hess chart (Fig. 5) 
